Introduction
Choriocarcinoma is a β -HCG secreting tumour which develops from trophoblastic or totipotent germ cells primarily in ovary and testis, however it can also occur rarely in extra gonadal sites like mediastinum, retroperitoneum, pineal gland, liver, gallbladder, urinary tract system etc. [1] . Choriocarcinoma can also develop from the stomach very rarely and only few cases have been reported in the literature so far [2] . Moreover, around 70 % of gastric choriocarcinomas show some adenocarcinoma components along with it [3] [4] [5] and making pure choriocarcinoma of stomach a rare entity. Unlike adenocarcinoma of stomach, it is difficult to diagnose PGC by endoscopic biopsy and only 8 to 15 % cases are diagnosed by it. Most cases reported were diagnosed after surgery. Here, we report a case of 60 year old female with locally advanced pure form of PGC diagnosed by endoscopic biopsy.
Case Report
A 60 year old postmenopausal female reported with complaints of debility, loss of appetite with no history of abdominal pain, weight loss, hematemesis or melena. Physical examination revealed severe pallor and a palpable hard mass in the epigastrium which was 8 × 6 cm in size with irregular margins and moving with respiration. There was no hepatosplenomegaly. Supraclavicular, axillary and inguinal lymph nodes were not palpable. There was no pelvic deposit on digital rectal examination. Laboratory values revealed haemoglobin level of 7.9 with normal liver function tests. Upper GI endoscopy showed a large ulceroproliferative growth extending from midpart of stomach to pylorus with luminal compromise which was biopsied (Fig. 1 ). As to tumour markers, AFP was elevated while CEA and CA19-9 were normal. CECT abdomen and pelvis revealed a large mass of 10 × 6 cm size, arising from the distal part of stomach with luminal obstruction suggestive of carcinoma of stomach (Fig. 2a) . Rest of abdominal organs were normal and there was no lymph node enlargement. Provisional diagnosis of carcinoma of stomach was made but the endoscopic biopsy revealed that lesion has typical features of choriocarcinoma. The tumour was composed of bizarre giant cells which were multi nucleated or lobulated nucleus(syncytiotrophoblasts), and oval or polygonal cells composed of clear or pale cytoplasm (Cytotrophoblasts) (Fig. 3a, b) . Trophoblastic cells showed strong immunoreactivity for β -HCG ( Fig. 3c ) and cytokeratin and negative for CD 117, Vimentin and SMA. Serum β -HCG was 15,600mIU/ml. HRCT chest ruled out metastasis (Fig. 1b) . Finally, the diagnosis of primary gastric choriocarcinoma was established. In view of chemosensitive nature of Key Messages Pure form of primary gastric choriocarcinoma (PGC) is very rare. Usually, it is difficult to diagnose PGC by endoscopic biopsy. We highlight the importance of early diagnosis by endoscopic biopsy and recent shift in the management of PGC from primary chemotherapy to early surgery. choriocarcinoma and advanced stage of the disease, patient was given 3 cycles of BEP (Bleomycin, Etoposide and Cisplatin) regimen. Post chemotherapy there was significant decline in β-HCG levels to 380mIU/ml and CECT abdomen showed eccentric isodense thickening of posterior wall of stomach involving midpart to pylorus measuring 1 cm in thickness with significant resolution in size (Fig. 2c) . For clearing off residual tumour, patient was scheduled for gastrectomy. Exploration of abdomen revealed tumour arising from posterior wall of stomach with infiltration of neck and uncinate process of pancreas and root of mesentery, hence resection was abandoned and patient was subjected to further chemotherapy with Vinblastine, Ifosfomide and Cisplatin. Later patient developed pulmonary metastasis with progressive disease and expired due to respiratory failure. Her survival period was only 5 months after diagnosis.
Discussion
Choriocarcinoma of stomach is a very rare neoplasm. Kobayashi et al. performed a pooled analysis of 53 patients reported in the literature so far with PGC and described a male to female ratio of 2.3:1 with a median age at presentation of 63 years. Lower third of the stomach was found to be the most frequent location of PGC [6] .
Presenting features are similar to adenocarcinoma with upper GI bleeding as the most common symptom [1, 2] . Most cases show metastasis at the time of presentation and the most common sites of metastasis are lymph nodes followed by liver, peritoneum and lungs. In our case, there was no evidence of metastasis at presentation [6] .
Several theories have been proposed regarding the mechanism of the development of PGC. Most accepted Fig. 1 Upper GI endoscopy. Upper GI endoscopy picture showing a large ulceroproliferative growth from mid stomach and pylorus (arrow) with luminal compromise suggestive of carcinoma of stomach theory behind its origin is retro differentiation of adenocarcinoma into choriocarcinoma because 70 % of cases show adenocarcinoma component along with it [3] [4] [5] . Pure choriocarcinoma of stomach as in our case is seen only in 30 % of cases [7] . Other hypotheses proposed are development from putative displaced gonadal anlage or due to the delayed metastasis of unidentified primary lesion in the uterus. Some also support its origin from a Teratoma [8] .
Diagnosis is usually made by clinical examination, estimation of serum β-HCG levels, radiological tests and histological findings. It is difficult to differentiate between adenocarcinoma and choriocarcinoma. Upper GI endoscopy and biopsy is also useful but it is often difficult to obtain sufficient material for confirmation and only 8 to 15 % of cases are diagnosed by endos co p i c b i o p s y a c cu r a t e l y a s i n o u r c a s e [7 ] .
Choriocarcinoma is usually exophytic with beefy red, hemorrhagic appearance which shows increased vascularity. For pathological diagnosis, assessment of cytotrophoblast and syncytiotrophoblast are prerequisite, and it can be confirmed by β-HCG positive cells in immunohistochemical test and high elevation of β-HCG in the blood [9] . Other histological features are intratumoral haemorrhage, necrosis, and vascular invasion. Primary choriocarcinoma in stomach is well established by absence of tumour in ovaries, testis, retroperitoneum etc. We ruled out primary in gonads and other sites by extensive preoperative evaluation.
Management of gastric choriocarcinoma is indistinct. The most recent literature supports surgery as the primary modality of treatment. PGC does not respond well to chemotherapy as is seen with gonadal choriocarcinoma. Preferred treatment includes gastrectomy Palliative procedures like partial gastrectomy can be done in patients with upper gastrointestinal haemorrhage. Kazuhiro Takahashi et al. reported usefulness of computed tomography-guided radio frequency ablation (RFA) in combination with surgery and chemotherapy for oligometastatic tumour and longest survival of 10 years for their patient with this multimodality of treatment [13] . For choriocarcinoma and adenocarcinoma, chemotherapy modality is different hence in cases of adenocarcinoma with elevated serum β-HCG, assessing presence of choriocarcinomatous component is a must.
Prognosis is very poor and mean survival time of patients with PGC is less than 6 months. In our case survival period was only 5 months. The most common cause of death is liver failure secondary to metastasis [6] .
To conclude, even though primary choriocarcinoma of stomach is very rare, it should be kept in differentials when evaluating gastric neoplasms. Diagnosis can be made only by histopathology and immunohistochemistry. Recent literature supports surgery as the primary modality of treatment. Early diagnosis of PGC gives best outcome.
